The quadricuspid aortic valve (QAV) is a malformation that leads to severe valve failure later in life. Malformation and displacement of coronary ostia are found in 10% of patients. In this context, transthoracic echocardiography (TTE) and transesophageal echocardiography (TEE) are the essential imaging tests for the preoperative assessment for cardiac surgery.
| QUESTIONS AND TEXT
What is the natural history of the quadricuspid aortic valve (QAV)?
A. The QAV rarely leads to aortic regurgitation. B. This valvulopathy in most cases does not progress with time.
C. The QAV leads to regurgitation in most cases, even when the 4 cusps are equal.
D. The QAV must be repaired or replaced in most cases because of severe stenosis.
The correct answer is C.
A 62-year-old Caucasian female presented with acute heart failure. She was previously asymptomatic with chronic moderate aortic regurgitation, a valvulopathy that had previously been labeled as rheumatic. The TTE showed a dilated left ventricle with severe dysfunction and severe aortic regurgitation. TTE imaging was suboptimal in analyzing the valve morphology. TEE is a useful tool for the morphological diagnosis of AV disease and for ruling out congenital anomalies of the coronary arteries, which are the most frequent congenital anomalies associated with QAV.
1 TEE images revealed a QAV type D with severe regurgitation according to the Hurwitz and Roberts anatomical classification system. 2 The aortic valve did not show the thickening that is typical of rheumatoid valve disease or commissural fusion of the leaflets. There were four cusps: one large (L), two intermediate (I), and one small (S) cusp ( Figure 1A ,B, and C). Cardiac magnetic resonance imaging showed the same findings as the TEE; namely, a QAV with severe aortic regurgitation (Figure 2A,B) . The angiogram excluded coronary artery anomalies before the AV replacement ( Figure  3A ,B).
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